differential diagnosis ofSHML includes malignant lymphoma, malignant histiocytosis, familial haemophagocytic reticulosis, chronic lymphadenopathy simulating malignant lymphoma, storage disease, histiocytosis X, and sinus catarrh. These can usually be readily excluded on clinical or pathological grounds (Rosai & Dorfman 1972) . The skin histology in our patient is similar to that described previously (Thawerani et al. 1978) and can be differentiated from cutaneous Hodgkin's disease, leprosy, xanthomata, dermatofibroma, histiocytosis X and Tangier disease.
The aetiology of this condition is unknown. Some authors have suggested that it is an unusual sequela of Epstein-Barr virus infection on the grounds of raised viral titres (Lober et al. 1973 ) but others have not supported this (Lampert &Lennert 1976) . Our patient had a titre of I: 32 and this is not significant. A viral genome could be responsible for the finding that cultured histiocytes in this condition retain the ability to phagocytose other cells and microorganisms in the absence of any specific stimulation (Karpas et al. 1973) . Recently antigens to Klebsiella species have been identified (Lampert & Lennert 1976) but this work has not yet been verified. There is one case report of a transient deficiency in lymphocyte and phagocyte function (Becroft et al. 1973 ) and two of thymic abnormalities at autopsy (Rosai & Dorfman 1972), but otherwise evidence to support an immunological disturbance is minimal. Treatment with antibiotics and antituberculous therapy has had no effect. Deep X-ray therapy, chemotherapy and steroids have resulted in a slight reduction in lymph node size in a few patients; steroid treatment sometimes controls the fever. The condition runs a protracted course from months to years, with eventual total recovery in most cases. Occasionally the adenopathy is intermittent over a period of many years.
Extranodal involvement occurs in over 20% of cases (Thawerani et al. 1978) , the most common sites being the soft tissues of the orbit (Friendly et al. 1977) and respiratory tract. In a series of III patients with SHML, 10 were reported with cutaneous involvement (Thawerani et 01. 1978)but only one had no significant lymphadenopathy. The majority had multiple lesions but in no particular distribution. They were papular or nodular but only up to 4 em in diameter. Otherwise findings were similar to the case presented here. There was no evidence to suggest that those with cutaneous involvement showed any significant differences from the group as a whole, although 6 of the 10 had other sites of extranodal involvement, suggesting that once one extranodal site had been involved others are more likely to become so. Of 4 cases followed, all showed spontaneous improvement and this also appears to be happening in our case. (1972 ( )Cancer30,1174 ( -1188 ThaweranlH. Sandlez R L, RosalJ '" DorfmanR F (1978)ArchivesofDermatology 114, 191-197 Congenital duplication of smallbowel:
Congenitally duplicated segments of small bowel are lined by gastric mucosa in 30% of cases (Daudet et al. 1967 ) and thus may give rise to peptic ulceration and haemorrhage. In the majority of cases the segment is short (Houston & Lynn 1966 , , Rickham & Lister 1978 and so the management of haemorrhage by surgical resection is fairly straightforward. This, however, becomes a difficult problem in the rare case in which the whole of the small bowel is duplicated. Such a case is presented to illustrate not only these difficulties and management, but also to discuss the possible natural history of duplication.
Case report
On 9 December 1963, a 12-week-old boy presented as an emergency with sudden onset ofprofuse fresh rectal bleeding, requiring surgery. The whole of the small bowel was found to be duplicated except for 3 em of terminal ileum. The duplication lay within the vascular arcades of the mesentery thus prohibiting resection, and it communicated with Figure I ). An anastomosis was made between the cyst and normal small bowel. After repeated major rectal haemorrhage reoperation was necessary three weeks later. The duplicated bowel was noted to be lined by gastric mucosa and there was a bleeding ulcer at its junction with the normal terminal ileum. In an attempt to buffer the gastric juice in the duplicated segment, an anastomosis was made between the upper end and the proximal jejunum, and in the postoperative period poldine methylsulphate (Nacton) was administered. Four months later segmental excision of the ulcer and truncal vagotomy and pyloroplasty were performed for severe recurrent haemorrhage. Over the next seven years there were only two further episodes of severe haemorrhage, both of which were managed conservatively, although the child ' remained anaemic throughout.
In 1971, now at the age of eight, he again required emergency surgery for repeated bleeding. At operation it was found there had been disproportionate growth of small bowel both proximally and distally to the duplication, there now being 122 cmofjejunumand 38 em of ileum with 107 em of duplicated bowel between (Figure 2) . It was thus feasible to resect the duplicated segment. Following this he recovered well and developed normally, although he remained slightly anaemic until 1979 when he presented again with rectal haemorrhage, and elective surgery for removal of the enterogenous cyst was performed. Lying between the leaves of the mesentery, in anastomotic continuity with the proximal small bowel, the cyst was found to be lined by gastric mucosa and had two blind-ended tubular extensions (Figure 3) . One passed behind the body of the pancreas into the porta hepatis and the other distally into the mesentery. The small bowel otherwise appeared well developed and of normal length. His recovery has been uncomplicated and he is no longer anaemic.
Discussion
While the capacity of compensatory regrowth of small bowel is well known, this is the first recorded case of its occurrence in duplication.Tt is thus of interest to speculate that this may be the natural history of the condition. Indeed, the disclosure in a recent extensive review (Rickham & Lister 1978) that symptomatic duplications usually appear in children under three months of age, whereas in adults they are rarely symptomatic and are found incidentally at laparotomy, lends support to this hypothesis. Although there are several cases of duplication as extensive as this, only 4 have been complicated by severe haemorrhage. A partial distal resection followed by total resection was performed in Ripstein's (1949) case which culminated in nutritional death. Thompson et al. (1954) found an ulcer in the proximal end of their duplication which was resected with an uneventful recovery, but it is likely that only the upper part was lined by gastric mucosa. Jewett (1958) , in a case similar to the present one, also found local distal resection unsuccessful and subsequently anastomosed the distal end of the duplication to the stomach without complications. Probably the most useful technique to date was described by Wrenn (1961), when he was able completely to strip the mucosa from the underlying muscularis through small spaced incisions (Figure 4) , and with hindsightthis may have been the surgical treatment of choice in the present case. In a future case, however, given the present day availability of Hz antagonists, it would probably be more appropriate to consider their use in the early years followed by surgery when normal small bowel growth may have occurred. As regards management of the enterogenous cyst, it would be advisable to determine whether it was lined by gastric mucosa and anastomose it to the stomach rather than the adjacent small bowel.
